and burning began in under twelve hours and a rash appeared in twenty-four hours. He was sent home untreated, and I did not see him until a week after the acciQent. At this stage he looked as if he had severe bullous pemphigoid, spreading well beyond the contaminated areas of skin. The patterning and streaking as in Dr Ridley's patient, were well marked, rather like dermatitis bullosa striata pratensis. He required in-patient treatment with systemic steroids and made a complete recovery. He had previously used various halogenated nitrobenzenes knowingly, but, being aware of the hazards, had taken great care and had not experienced any skin trouble.
and burning began in under twelve hours and a rash appeared in twenty-four hours. He was sent home untreated, and I did not see him until a week after the acciQent. At this stage he looked as if he had severe bullous pemphigoid, spreading well beyond the contaminated areas of skin. The patterning and streaking as in Dr Ridley's patient, were well marked, rather like dermatitis bullosa striata pratensis. He required in-patient treatment with systemic steroids and made a complete recovery. He had previously used various halogenated nitrobenzenes knowingly, but, being aware of the hazards, had taken great care and had not experienced any skin trouble. History: Severe irritation and burning sensation of the skin for 31 years. Diffuse alopecia, now regrowing. She was presented to the Section in December 1973 as a case of Sezary syndrome. She is presented again to show the improvement in her skin after treatment by leukophoresis, and to demonstrate the nature of the abnormal cells in the skin infiltrate. Previous treatment has consisted of full doses of the following drugs given in various combinations: prednisone, cyclophosphamide, procarbazine, bleomycin, ICRF 159. adriamycin and chlorambucil, and also the On examination: Widespread erythema and cedema of the skin, nodules on the face, telangiectasia and pupura on the trunk. Some areas of skin, notably the body folds and pressure areas, were remarkably spared.
Investigations: Peripheral blood: Total WBC, 7100-13 200/mm3 with up to 51 % Sezary cells seen since December 1973. Electron microscopy of buffy coat (Dr K Henry): many lymphoid cells with deeply cleft and folded nucleus typical of Sezary cells (Fig 1) . Cytogenetic studies: aneuploid and polypoid chromosomes but no marker chromosomes. B cells 1 %, T cells 780% of circulating lymphocytes. No auto-antibodies detected.
Skin infiltrate: 86 % of lymphoid cells infiltrating the skin formed spontaneous T-cell rosettes when incubated with sheep red cells; many of the cells had the typical cerebriform nucleus of Sezary cells (Fig 2) . No immunoglobulin-bearing (B) cells were detected in the skin infiltrate.
Skin histopathology: Nodule on face (August 1974) showed dense infiltrate of predominantly lymphocytic cells extending deeply into the dermis, around the appendages and penetrating the epidermis with the formation of Pautrier microabscessesconsistent with the Sezary syndrome. Bone marrow (December 1973) normal. Lymph node (April 1972) within normal limits. Present treatment andprogress: In the last 3 weeks we have carried out 5 leukophoreses using an Aminco cell separator. Improvement was noticed after the second treatment. Erythema and cedema have so far resolved mainly from the arms and legs, less so from the face, and least of all from the trunk. Symptomatic improvement has paralleled clinical improvement. The patient has tolerated the treatment well; repeated removal of the buffy coat by leukophoresis has not resulted in thrombocytopenia or leucopenia. A total of 3.3 x 1010 Sezary cells have been removed.
Comment
The Sezary syndrome is believed to be a disorder of T cell proliferation. We have demonstrated that almost all the lymphoid cells in this patient's skin, including Sezary cells, have T cell characteristics. It is probable that the abnormal cells in the skin are the source of those in the blood as they were not detected in the bone marrow or lymph node. The T cells in the skin also are likely to be a major cause of the patient's distressing symptoms. Treatment of the Sezary syndrome with full doses of cytotoxic agents is unsatisfactory and would favour the development of malignant lymphomas. Winkelmann & Linman (1973) now recommend the use of low doses of steroids and chlorambucil. We have tried this but the patient continued to deteriorate.
Recently Edelson et al. (1974) have reported the successful management of a variant of the Sezary syndrome by leukophoresis. Their patient had a peripheral white cell count of 216 000/mm3 and was in fact initially diagnosed as chronic lymphatic leukaemia with erythroderma. This therapy is based on the concept that Sezary cells in the blood are in equilibrium with those in the skin lesions. When the circulating cells are removed, those in the skin migrate into the blood until a new equilibrium is reached. Repeated leukophoreses would thus deplete the skin of abnormal cells. In our patient, we found that up to 90 % of the cells in the buffy coat removed by leukophoresis were Sezary cells. This treatment would therefore seem to be effective even when the total peripheral leukocyte count is normal.
Adenoid Cystic Carcinoma of the Scalp with Pulmonary Metastasis K V Sanderson FRCP and John C Batten MD (St George's Hospital, London SWIX 7EZ and  Brompton Hospital, Fulham Road,  London SW3 6HP) O H, aged 57. Housewife History: Thirty-two years ago a swelling appeared on her scalp, possibly after a laceration which did not heal completely. She first sought treatment 11 years ago and was referred to Mr V H Riddell at St George's Hospital, Tooting. A hard irregular and hairless tumour 5 cm in diameter was present at the crown of the head which had been enlarging and bleeding for two years. It was excised and a split skin graft applied. The pathologist reported it to be a multifocal tumour, arising from the sweat glands, showing a cylindromatous appearance, and extending to the lines of surgical section and deep to the galea. She was seen at regular intervals and the first evidence of local recurrence occurred one year ago, when several slightly red and thickened areas were noted at the margin of the graft. The larger area was excised and grafted. Hard rounded opacities were seen in the chest X-ray, but there was no other evidence of metastasis. The right middle and upper lobes have been resected by Mr Matthias Paneth at the Brompton Hospital. The histological appearance of the lung deposit was identical with the skin lesion and it extended to the pleural surface and to line of section of the bronchial stump.
If the external auditory canal is excluded, adenoid cystic carcinoma of the skin appears to be extremely rare as a primary tumour of the skin, and none of the recent series (Eby et al. 1972 , Moran et al. 1961 , Smith et al. 1965 ) includes a case. The older titte of cylindroma has been responsible for some confusion and may indeed be the reason why the present patient did not receive more radical treatment initially, because it seems likely that the surgeon considered this patient to be suffering from the type of nodular hidradenoma now called dermal cylindroma. The change of the title to adenoid cystic carcinoma has not eliminated the ambiguity completely because another tumour, which may arise on the scalp, has been called adenocystic carcinoma of the skin. It would be best if this latter tumour were called mucinous carcinoma of the skin as suggested by Mendoza & Helwig (1971) . The behaviour of the majority of reported cases of adenoid cystic carcinoma is similar to this patient's tumour. It grows very slowly but has a propensity to invade widely and deeply, especially
